fontanelle widely open. No teeth. Knee-jerks brisk; Kernig's sign indefinite; no clonus. Eyes: No perception of light; discs atrophic, white with clear cut edges. Vessels normal in size. Maculae occupied by white area with circular red spot in centre. Present condition: The child is much wasted; spasticity increased; is unable to sit up unsupported; cannot take any food except liquids. Auditory acuity marked; four teeth now appearing; fontanelle still widely open.
DISCUSSION.
Mr. LESLIE PATON reminded the Section of a case of this condition which Dr. Wilfred Harris showed in 1913, in which no Jewish parentage could be traced on either side; the family lived in Bayswater. About eighteen months ago an excellent paper was published on the subject by Bielschowsky,' which dealt with the changes in detail, and it was interesting to learn to how great an extent the cerebellar cells participated in the change. He pointed out that there were marked differences in the extent of macular cerebral and cerebellar disturbance in different cases.
Mr. TREACHER COLLINS said that Sir Frederick Mott had shown that not only the ganglion cells of the cerebellum and cerebrum, but the ganglion cells all over the body were affected in this disease, even those in the sympathetic system. It was of great interest to see, on one evening, cases illustrating two different forms of retinal degenerative change: amaurotic family idiocy, which began in the ganglion cells of the retina, and pigmentary degeneration at the macula, which began in the cones. Often these two conditions were confused, but to-night they had the opportunity of comparing the difference in the ophthalmoscopic appearances which they presented.
Two Cases of Early Familial Maculo-cerebral Degeneration.
By MONTAGUE L. HINE, M.D. Case I.-C. C., MALE, aged 16. I first saw this, the elder boy, three years ago. He commenced having epileptic fits when he was 10 years of age, and he was treated in the ordinary way with bromides at London Hospital. His vision was defective, and he went to another hospital, where he was supplied with glasses. As he still could not see, even though his glasses were correct, he came to me at the Miller Hospital for examination. The maculae were very finely granular, and I took him to the Royal Westminster Ophthalmic Hospital, as I thought he was suffering from maculo-cerebral degeneration. Dr. Gordon Holmes confirmed that view, and the patient went into Queen Square Hospital for some time. The Wassermann reaction was negative, and there was nothing in the family history to suggest syphilis; there is no parental consanguinity. He has been going downhill, and to-night his cerebration is very sluggish, he is almost paralysed, and there is incontinence of urine, but not yet of faeces.
Case II.-A. C., male, aged 10. Twelve months ago the younger brother of C. C. was brought to see me, not because there was anything the matter with him, but because the parents wanted to know if there might be. His vision was found to be 1-6in each eye, and it could not be improved by glasses. He had a very small refractive error, and both his maculhe were finely granular, the left rather more so than the right. I then said-though not every one who saw him agreed---I M. Bielschowsky, " Zur Histopathologie und Pathogenese der Amaurotischen Idiotie " ; Jobtr. f. Psychol. u. Neurol., Leipzig, xxvi, that the state of his fundus was very suspicious, in view of the family history and the non-improvement in the vision. I sent him to Dr. Gordon Holmes, who found no changes in the central nervous system, but on October 10 last he had an epileptic fit (so called). He was then the same age as his brother was when his fits had begun. Next day he was brought to hospital, and his fundus was exactly as you see it now, the same in each eye, with very fine granular pigmentation of the right macula, rather more marked in the left macula. Since that time he has had three additional fits, and there can be no doubt that he is going the same way as his brother. There is another brother, now aged 18, who, the mother says, is quite well, and has no trouble with his sight. I have not yet been able to see the other children. There is one brother, between the patients in age, who is not affected; also two sisters and one brother, younger than A. C., who are not affected.
Dr. RAYNER BATTEN agreed that these cases were definitely of the cerebromacular type; but the pigmentation was not so marked as in the other cases of the condition he had seen. Here it was a fine granular pigment. He thought the present cases were of the juvenile familial type, not the infantile; he considered there was a distinction between the two. It was very remarkable how, in tne juvenile type, the disease came on at a particular age, i.e., somewhat bordering on the age of puberty. There was another class also in which pigmentation occurred, but without the cerebral symptoms. That formed the second class, in the juvenile sense.
Case for Diagnosis (? Polycythzemia Rubra).
By PERCY BARDSLEY, M.B.
THIS lad came to me complaining of great fatigue. He is a theological student, and he complained that he could not work more than four or five hours a day. At the time when he was supposed to play games with the other students, he usually went to bed, and he had the greatest difficulty in getting up in the morning. He was conscious of mental as well as of bodily lassitude. I corrected his refraction error, which was very slight, but in a fortnight he returned and said he had double vision. I then examined him more carefully. His medical man had been treating him as a neurotic subject. I was struck by the condition of both his veins and his arteries, and particularly by the brightness of the veins. I wrote and asked his medical man to have a blood examination made. This was done, and it was found he' had 7,600,000 red cells, a very slight increase in haemoglobin, and a slightly diminished colour index. I have noted down the condition as " ? polycythsemia rubra." I have read through Dr. Parkes Weber's book,' and I cannot see that this agrees with his cases in all particulars; the patient is younger than any mentioned in that book, with the exception of three girls, and in all of them there was a very abnormal menstrual history, connected mostly with a tubercular uterus.
This patient has no enlargement of the spleen or liver, so far as his medical man can detect; he is not aware of having had syphilis, and his Wassermann reaction is negative. I think it possible he has always suffered from a congenital excess of bone-marrow. He says that from his earliest days he has been subject to periods of great lassitude, and that these have always been followed by severe diarrhoea, after the cessation of which he has been better for a time. He was in the Army three years, and during that time his health
